AJCP / Meeting AbstrActs (HSCT) is presently the only curative modality for PMF and, presumably, the cell dysfunction that accompanies it. We review the case of a patient with life-threatening surgical bleeding complications occurring years before the diagnosis of severe platelet dysfunction due to PMF became apparent. Laboratory investigations with platelet aggregation and lumiaggregometry studies showed severe platelet function derangements that were entirely reversed after allogeneic HSCT. This is the first documentation, of which we are aware, of a laboratory demonstration of restoration of normal platelet function in PMF after allogeneic HSCT. Histiocytic sarcoma (HS) is a rare malignant proliferation of mature histiocytic cells accounting for less than 1% of all lympho-hematologic malignancies with a median age of 55 years at presentation and poor prognosis. HS generally presents in the lymph nodes, but the gastrointestinal tract is the most common extra-nodal site. Physical findings usually include lymphadenopathy, splenomegaly, hepatosplenomegaly or skin lesions and usually presents as a solitary mass. Here we present a case of a 76-year-old woman with past medical history significant for coronary artery disease who was admitted for symptomatic upper gastrointestinal bleeding. Endoscopy revealed multiple gastric polyps, and the patient subsequently underwent total gastrectomy for persistent bleeding. On gross examination, there were multiple, pedunculated polyps as well as an underlying thickened wall predominantly located in the fundus with sparing of the lesser curvature. Sectioning of the masses revealed uniform, fleshy cut surfaces with intact muscularis propria. Histological examination of the specimen showed mixed epithelioid and spindled cell morphology with increased mitotic rate and necrosis. Cytologically, the nuclei were uniformly enlarged with pale eosinophilic cytoplasm and prominent nucleolus. On immunohistochemistry, the tumor cells showed strong reactivity with histiocytic antigens PU.1/ CD163 and weakly reactive for CD68. In addition, vimentin was positive, but markers of epithelial, muscular, neural, lymphocytic, and melanocytic origin were all negative. Ki-67 showed a proliferative index of 30%. Follow-up of the patient shows persistent bleeding with local recurrence at the surgical site and metastasis to the left atrium. This case represents an unusual lesion in the differential diagnosis of gastric epithelioid and spindled neoplasms. Due to its aggressive nature, early recognition of this entity is required for appropriate management.
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Histiocytic sarcoma (HS) is a rare malignant proliferation of mature histiocytic cells accounting for less than 1% of all lympho-hematologic malignancies with a median age of 55 years at presentation and poor prognosis. HS generally presents in the lymph nodes, but the gastrointestinal tract is the most common extra-nodal site. Physical findings usually include lymphadenopathy, splenomegaly, hepatosplenomegaly or skin lesions and usually presents as a solitary mass. Here we present a case of a 76-year-old woman with past medical history significant for coronary artery disease who was admitted for symptomatic upper gastrointestinal bleeding. Endoscopy revealed multiple gastric polyps, and the patient subsequently underwent total gastrectomy for persistent bleeding. On gross examination, there were multiple, pedunculated polyps as well as an underlying thickened wall predominantly located in the fundus with sparing of the lesser curvature. Sectioning of the masses revealed uniform, fleshy cut surfaces with intact muscularis propria. Histological examination of the specimen showed mixed epithelioid and spindled cell morphology with increased mitotic rate and necrosis. Cytologically, the nuclei were uniformly enlarged with pale eosinophilic cytoplasm and prominent nucleolus. On immunohistochemistry, the tumor cells showed strong reactivity with histiocytic antigens PU.1/ CD163 and weakly reactive for CD68. In addition, vimentin was positive, but markers of epithelial, muscular, neural, lymphocytic, and melanocytic origin were all negative. Ki-67 showed a proliferative index of 30%. Follow-up of the patient shows persistent bleeding with local recurrence at the surgical site and metastasis to the left atrium. This case represents an unusual lesion in the differential diagnosis of gastric epithelioid and spindled neoplasms. Due to its aggressive nature, early recognition of this entity is required for appropriate management. Clinical Course: A 69-year-old African American woman was referred to our institution with a history of multiple episodes of dizziness. Her physical examination and laboratory work-up were within normal limits. An MRI of the brain revealed a 4.9 x 2.3 x 2.5cm ovoid cystic mass in the right temporal lobe with no contrast enhancement. Radiographically, the lesion was considered to be an atypical presentation of a cystic meningioma. Intraoperatively, the tumor mass was tightly adherent to the adjacent brain parenchyma and leptomeninges. Histopathology: The tumor was comprised of a diffuse proliferation of small to medium sized lymphocytes with extensive plasmacytic differentiation involving the dura. Invasion of the underlying brain parenchyma occurred along Virchow-Robin spaces. Immunohistochemistry demonstrated positivity for CD20, PAX5, and BCL-2, in neoplastic B-lymphocytes, and CD138 and kappa light chain restriction by in situ hybridization in plasma cells. The Ki67 proliferation index was 19%. CD10, CD56, Epstein-Barr virus (EBV), and human herpesvirus 8 immunostains were performed and were negative. Conclusion: Extra nodal MZL may arise from neoplastic transformation of a reactive lymphocyte clone in the setting of chronic infection (ie H pylori-associated gastric mucosa-associated lymphoid tissue lymphoma) or immunosuppression (ie, EBV-associated lymphoproliferative disorder). In our case, neither predisposing condition was demonstrated by pathologic examination. Nevertheless, it is important to recognize primary dural MZL because reported cases demonstrate these lymphomas generally present with localized disease that can potentially be cured.
